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Introduction
The term lymphangioma circumscriptum (LC) was
first used by Morris in 1889. It is a benign disorder of
lymphatic channels which is localized to an area of
skin, subcutaneous tissue or sometimes muscle. It is
considered to be a circumscribed developmental
defect of lymphatic tissue in the dermis. In Milroy’s
disease (MD), there is primary lymphoedema due to
the total absence of skin lymphatics and it is
characterized by peripheral œdema of the lower
extremities at birth or in early childhood. The
occurrence of LC and MD was thought to be
interesting and is presented here.
Case Report
A 14 year old male patient visited our clinic suffering
from severe bilateral lower limb oedema and clear
papules localized on the scrotum from which a serous
leakage occurred with trauma. There were no sub-
jective symptoms. Dynamic lymphangioscintigraphy
(LAS) of the lower limbs was performed and the
absence of lymphatic channels was demonstrated; a
case of MD was diagnosed. Dynamic LAS of the
inguinal lymphatics was normal. There was no family
history of lymphoedema. On dermatological examin-
ation, severe lymphoedema of the lower limbs (Fig. 1)
and numerous translucent papules localized mainly
on the scrotal area and partly on the glans penis with
varying sizes from 2 mm to 1 cm were seen (Fig. 2).
The translucent papules were slightly pinkish or skin
colored and the first impression was of a viral
infection. Histopathologically, there were numerous
dilated lymphatics in the superficial and papillary
dermis and a diagnosis of LC was made.
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Fig. 1. Lymphœdema located on the lower limbs of the
patient.
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Discussion
LC may be present at any age and may or may not be
associated with lymphœdema of the lower limb. It is
accepted as a developmental malformation in infancy
but it can appear at any age.
In adulthood, identical lesions with LC can be seen
in chronic lymphœdema cases or following radio-
therapy. Such lesions are best identified as lymphan-
giectasia. Acquired lymphangiectasis is a dilatation of
lymphatic vessels that can be encountered as a
complication of surgical intervention or radiation
therapy for malignancy. Acquired lymphangiectasis
shares clinical and histologic features with the
congenital lesion, LC.1 We accepted our case as LC
because of the early onset of lesions with compatible
histopathology.
The lesions of LC present as numerous, vesicle-like,
often verrucous lesions. Some lesions are purplish
because of a hemangiomatous component. Lesions
vary between less than 1 cm2 to larger than many
square centimeters and are usually asymptomatic. LC
may occur on any anatomic site, but has a predilection
for the chest, thigh, buttock, or axilla.1 In our case, the
papules were verrucous and localized on the scrotum
and penis without any subjective symptoms.
MD is characterized by peripheral œdema of the
lower extremities at birth or in early childhood which
is due to the complete aplasia of skin lymphatics. The
diagnosis of MD can be made by imaging the
lymphatic channels. There is no need for histopatho-
logic examination.1
The ætiology of LC is still obscure, but it is
noteworthy that it usually follows an obstruction.
The skin lymphatic system consists of the initial
lymphatics, lymphatic precollectors, collectors and
lymphatic ducts; these in turn convey the lymph to the
regional lymph nodes. In lymphœdema, including
cases of MD, various types of congenital and acquired
abnormalities can lead to lymphatic hypertension and
lymphostasis. LC primarily affects the subcutaneous
tissue in the form of cystic dilatation of lymphatic
channels without general lymphatic communication
and the skin lesions in LC are probably secondary to
increased intraluminal pressure due to obstruction.
There is no systemic lymphatic communication in LC.
A high recurrence rate after surgical excision suggests
the possible pathology; lymphostasis at higher levels
of the lymphatic system as in MD.2 In our case we
believe that high pressure caused by MD led to the
formation of the lesions of LC.
Many isolated cases of MD and LC appear in the
literature.3,4 No association between these two con-
ditions has previously been reported in the current
literature except for a case report describing vulval LC
lesions associated with unilateral leg oedema.5
Further studies are still needed to elucidate the
precise underlying pathological cause of LC.
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Fig. 2. Scrotal and penile shiny lymphangiomata.
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